Introduction {#sec1-1}
============

Acquired cutis laxa (ACL) is a rare connective tissue disorder characterized by loose, inelastic skin. It may be related to malignancies such as multiple myeloma, paraproteinemia, lymphomas, monoclonal gammopathy of undetermined significance, and monoclonal immunoglobulin deposition disease (MIDD).\[[@ref1][@ref2][@ref3][@ref4]\] Based on the type of deposits, MIDD is described as light-chain deposition disease (LCDD), light and heavy chain deposition disease (LHCDD), and heavy-chain deposition disease (HCDD), which are essentially similar in clinical and pathologic terms.\[[@ref5]\] There have been only few reported cases of ACL in association with MIDD.\[[@ref6]\] We describe a case of ACL with LHCDD.

Case Report {#sec1-2}
===========

A 40-year-old man presented with progressive flaccidity of skin, mainly on his face, neck, and trunk since two years. He gave a history of developing anasarca, breathlessness, anemia, and fatigue 1 year back. At the time of presentation to our institute, he had bilateral pedal edema with pallor and prematurely aged appearance. There was no family history of cutis laxa. He was diagnosed with hypertension 2 months back, and had a history of heavy drinking and smoking for the past 20 years, which he stopped 2 months back. Cutaneous examination revealed loose hanging ear lobes, blepharochalasis, lax nasolabial folds, and increased folds over the neck, axilla, and trunk \[Figures [1](#F1){ref-type="fig"}--[3](#F3){ref-type="fig"}\].

![Lax nasolabial folds](IDOJ-9-44-g001){#F1}

![Increased cutaneous folds over the neck, chest, and axillary region](IDOJ-9-44-g002){#F2}

![Increased cutaneous folds over the back](IDOJ-9-44-g003){#F3}

Further investigations revealed nephrotic range proteinuria (24-hour urine protein - 9.1 g), hematuria, raised urine β2 microglobulin levels, presence of urine Bence--Jones proteins, raised levels of blood urea (98 mg%) and serum creatinine (1.61 mg%), reduced total protein (4.8 gm/dl) and albumin (2.3 gm/dl), low hemoglobin (7.7 g/dl), normal calcium, high LDH, and uric acid levels. Serum electrophoresis revealed "M-band" - 0.3 g% in gamma region. Immunofixation electrophoresis showed IgG-κ, with elevation of free kappa, normal lambda chain levels (κ = 100 mg/L, λ = 24 mg/L), and raised κ/λ ratio of 4.2. Bone marrow examination revealed 9% plasma cells with occasional immature forms. Radiological evaluation was negative for lytic lesions. Two-dimensional echo showed a large pericardial effusion with no valvular prolapse. Ultrasonography of the abdomen pelvis was normal. Renal biopsy showed nodular glomerulosclerosis with positive staining on immunohistochemistry for monoclonal kappa and IgG. Skin biopsy showed markedly reduced elastic fibers \[Figures [4](#F4){ref-type="fig"} and [5](#F5){ref-type="fig"}\]. Staining for amyloid in both renal and skin biopsy was negative.

![Normal thickness of epidermis with no evident dermal inflammatory infiltrate and normal collagen bundles. Elastin fiber changes are not well appreciated on H and E staining. H and E, ×10](IDOJ-9-44-g004){#F4}

![Marked reduction in elastic fibers in the superficial and deep reticular dermis with mild reduction of elastic fibers in the papillary dermis. Orcein stain, ×10](IDOJ-9-44-g005){#F5}

Based on the above investigations, he was diagnosed to have ACL with LHCDD.

He was started on chemotherapy with Cy-BorD protocol (weekly doses of inj. dexamethasone 20 mg, tab. cyclophosphamide 300 mg/m^2^, inj bortezomib 2 mg). He was suggested facelift surgery, but he did not consent for the same.

During the 6^th^ cycle of therapy, he showed significant improvement clinically as well as in laboratory parameters with an elevation in Hb (8.9 g%), total protein (6.9 g/dL), albumin (4.4 g/dL), and reduction in serum creatinine (1.25 mg%), blood urea (92 mg%), 24-hour urine protein (2.5 gm), and urine Bence--Jones proteins were negative. Serum electrophoresis showed faint band in gamma region. Immunofixation electrophoresis showed IgG κ -- end of gamma. Unfortunately, we lost the patient to follow-up after the 6^th^ cycle.

Discussion {#sec1-3}
==========

MIDD is characterized by immunoglobulin deposits along basement membranes in most tissues, especially in the glomerulus and renal tubule.\[[@ref5]\] MIDD includes LCDD, LHCDD, and HCDD. Skin is the next organ commonly affected by HCDD, which presents as ACL. Heart and liver are involved in 25% of the cases of LCDD and LHCDD. It may also involve the cutaneous, lymphoreticular, respiratory, gastrointestinal, and musculoskeletal system.\[[@ref5]\]

LHCDD can be a variant of LCDD with monoclonal light chain associated with a normal heavy chain. However, truncated heavy chain with CH1 deletion have also been reported.\[[@ref7]\] It can manifest as renal failure, nephrotic range proteinuria, hematuria, hypertension, or M component (blood or urine). The glomerular pattern of injury, classically presents as nodular glomerulosclerosis with monotypic deposits of light chains, usually kappa, and heavy chains.\[[@ref5]\]

The redundant skin in ACL is caused by defective elastin synthesis, function, or degradation.\[[@ref8]\] Deposition of immune complexes cause release of inflammatory cytokines which destroy the elastic fibers.\[[@ref1]\] Excess light chains may also alter elastin production by activation of alternative complement pathway.\[[@ref9]\] However, some case reports show lack of immunoglobulin deposition on the elastin fibers.\[[@ref1][@ref2]\] Furthermore, the severity of ACL does not seem to correlate with the serum levels of monoclonal paraprotein.\[[@ref3]\]

ACL can present years before the clinical or serological manifestations of the related systemic disease,\[[@ref3]\] as seen in our case. Extracutaneous cardiopulmonary, gastrointestinal, vesicourinary, and skeletal involvement may occur;\[[@ref10]\] however, none were involved in our case.

Histopathological examination shows diminished elastic fibers in the dermis on orcein staining. Giant cells phagocytosing the elastic fibers, variable inflammatory reaction, or immunoglobulin deposits may be present in the dermis.

Facial uplift, rhytidectomy, blepharoplasty, and botulinum toxin can help improve cutaneous symptoms.
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